1. Introduction
===============

Benign fibrous histiocytoma (BFH) is a mesenchymal tumor composed of fibroblasts and histiocytes.^\[[@R1]\]^ Approximately 11% of the BFH patients suffer from its recurrence after local excision, and 1% of them have a risk of malignant transformation and peripheral metastasis.^\[[@R2]\]^ BFH can occur in all parts of the body, especially in the bone tissue, skin, mucous membranes, and deep soft tissue. Septum-originated BFH is extremely rare.^\[[@R3]\]^

2. Case presentation
====================

We report a case of a BFH in a 38-year-old woman who presented with a 2-week history of right nasal congestion. The female patient had no history of sinusitis and trauma. Endoscopic examination revealed a mass within the right nasal passage (Fig. [1](#F1){ref-type="fig"}). On physical examination, the clinician noted an isolated 10 × 10 mm, reddish brown smooth mass was located in the right nasal septum. Incisional biopsy of the mass was performed for pathological examination. Clinical and histopathological examinations showed that the mass was a septum-originated BFH (Fig. [2](#F2){ref-type="fig"}). Septorhinoplasty was performed by video-assisted endoscopic surgery on September 2, 2016. During surgery, the mass of the septum was widely excised, including septum mucosa, perichondrium, and cartilage. Postoperative pathological examination confirmed ulcer formation on the mucosa surface. Meanwhile, underneath the mucosa, plenty of proliferating spindle cells were found, as well as a few scattered multinucleated giant cells occasionally occurring at the division of the cell nucleus and abundant blood vessels. Immunohistochemical staining demonstrated cells labeled with VIM (+), CD68PGM1 (+), CD34 (--), Actin (--), PCK (--), EMA (--), Desmin (--), SMA (--), S-100 (--), P63 (--), ALK-1 (--), beta-catenia (+), and KI67 (+). Clinical and histopathological examinations showed that the mass was a septum-originated BFH (Figs. [3](#F3){ref-type="fig"}--[5](#F5){ref-type="fig"}). No recurrence was observed over 30 months of follow-up.

![Endoscopic examination revealed an isolated 10 × 10 mm, reddish brown smooth mass was located in the right nasal septum. Follow-up was observed at 3rd, 6th, and 30th month.](medi-98-e15815-g001){#F1}

![Preoperative pathological examination revealed tumor spindle cells, in which multinucleated giant cells were found. The tumor cells were observed under a high-magnification microscope and found to be arranged in a sheet-like shape, with oval-like shaped nuclei with basically similar pattern of the karyotype, in which a few divisions cell nucleus were observed.](medi-98-e15815-g002){#F2}

![Postoperative pathological examination revealed that there were ulcers on the surface of the mucosa, and spindle cells were intermixed with scattered multinucleated giant cells. Among them, there were few in division phases of cell nucleus but abundant blood vessels.](medi-98-e15815-g003){#F3}

![Immunohistochemical staining demonstrated cells labeled with VIM (+), CD68PGM1 (+), CD34 (--), and Actin (--).](medi-98-e15815-g004){#F4}

![Immunohistochemical staining demonstrated the cells labeled with PCK (--), EMA (--), Desmin (--), SMA (--), S-100 (--), P63 (--), ALK-1 (--), beta-catenia (+), and KI67 (+).](medi-98-e15815-g005){#F5}

3. Discussion
=============

BFH normally occurs in the bone tissue, skin, mucosa, and deep soft tissue. There is no sex difference for BFH which is diagnosed mainly among young and middle-aged people, and is characterized by potential local recurrence, malignant transformation, and metastasis. The etiology remains unknown, possibly induced by trauma and/or chronic infection.^\[[@R4]\]^ Intranasal BFH is extreme rare.^\[[@R2]\]^ The variety of clinical manifestations was primarily determined by various locations, mainly due to tumor-enlargement mediated obstruction and compression, for instance, inspiratory dyspnea caused by bronchial BFH, overflowing tears caused by BFH of the lacrimal sac, reflex pain secondary to obstruction and compression of vessels, and/or nerves and etc. Notably, the diagnosis of BFH requires mutual confirmation by HE staining and immunohistochemical staining.^\[[@R5]\]^ Under the microscope, BFH was observed to be typically composed of fibroblasts and histiocytes. The spindle cells were well arranged either in a swirling-like or grass mat-like patterns. Normally, there was nuclear pleomorphism and divisions of the cell nucleus in those spindle cells, which were mixed with lipid-filled, foam, and multinucleated giant cells. Immunohistochemical staining revealed that vimentin was expressed in all cells in the BFH sample, whereas most of them were CD68-, and some of them were CD34-expressing. In contrast, none of them expressed S-100 or GFAP.^\[[@R6]\]^ The differential diagnosis for benign and malignant fibrous histiocytoma (FH) were mainly focused on the presence of high mitotic activity, atypical/heterocystic/pleomorphic cells, and necrosis in malignant FH.^\[[@R7]\]^ Furthermore, most biomarkers of malignant FH were primarily designated against heterocysts. Based on the results of a number of empirical studies on pathological examination in clinical practice, a well-defined expression profile of AACT-, CD68-, lysozyme-, vimentin-, PCNA-positive, while Cy-tokeratin-, EMA-, S100-, and myoglobin-negative,^\[[@R8]\]^ are highly sensitive and specific for the diagnosis of malignant FH and other malignant tumors. Clinically, it is challenging to distinguish nasal BFH from other benign lesions, such as papilloma, nerve sheath tumor, and pleomorphic adenoma because the clinical manifestations of BFH are not entirely unique. However, there were a few detectable and differential properties. The exophytic papilloma of the nasal septum was mushroom-like, verrucous, and papillary carcinoma. It often has a broad base, pink or slightly gray color, hard, and rough texture with sometimes granulated surface and lobulated shape. Patients with exophytic papilloma are prone to nose bleeding, which can be caused by soft contact. The nerve sheath tumor of the nasal septum has a gray-white color, round or lobulated shape, well-defined boundary, smooth surface but various texture. Epistaxis is seldom found in these patients.^\[[@R9]\]^ Accordingly, the pleomorphic adenoma of nasal septum is normally pink color, mulberry-like shape, visible vascular stria, brittles, and lightly elastic texture.

If the lesion is completely removed, BFH is not likely to recur. Excision with integrated perichondrium may effectively reduce relapses.^\[[@R10]\]^ Rare metastasis and good prognosis have been previously reported.^\[[@R11]\]^ Wide local resection with histological clear margin is generally agreed as the treatment of choice for BFH.^\[[@R12]\]^ In this case radical local excision was achieved by exciding the mass together with septum mucosa, ipsilateral and contralateral perichondrium, and cartilage.

4. Conclusions
==============

In summary, BFH of the nasal septum is a mesenchymal tumor composed of fibroblasts and histiocytes and it may be misdiagnosed at the early stage. Definitive diagnosis relies on histopathological and immunohistochemical features. To prevent the recurrence wide local resection with histological clear margin and long-term follow-up are necessary.
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